Nevus Lipomatosus Superficialis with a Folliculosebaceous Component: Report of 2 Cases by Bancalari, Eugenia et al.
SAGE-HindawiAccess to Research
Pathology Research International
Volume 2011, Article ID 105973, 4 pages
doi:10.4061/2011/105973
Case Report
Nevus LipomatosusSuperﬁcialis witha Folliculosebaceous
Component: Report of 2 Cases
EugeniaBancalari,1 DiegoMart´ ınez-S´ anchez,2 and JuanC.Tard´ ıo1
1Department of Pathology, Hospital Universitario de Fuenlabrada, Camino del Molino 2, 28942 Fuenlabrada, Madrid, Spain
2Department of Dermatology, Hospital Universitario de Fuenlabrada, Camino del Molino 2, 28942 Fuenlabrada, Madrid, Spain
Correspondence should be addressed to Juan C. Tard´ ıo, jtardio.hﬂr@salud.madrid.org
Received 29 August 2010; Accepted 23 February 2011
Academic Editor: Elizabeth Wiley
Copyright © 2011 Eugenia Bancalari et al. This is an open access article distributed under the Creative Commons Attribution
License, which permits unrestricted use, distribution, and reproduction in any medium, provided the original work is properly
cited.
Nevus lipomatosussuperﬁcialis (NLS)isanuncommonhamartomatouslesionoftheskincharacterized by thepresence ofclusters
of mature fat cells among the collagen bundles of the dermis. Usually, the number of adnexal structures is reduced in NLS as
compared to the normal adjacent skin, but their morphology is not altered. Nevertheless, in some instances, associated pilar
abnormalities have been reported. We here report 2 cases of NLS with disorganized pilosebaceous units. The follicular structures
were dilated andshowed infundibular type keratinizationand there were numerous mature sebaceous lobules radiating from them
resembling the histology of a folliculosebaceous cystic hamartoma (FSCH) or a sebaceous trichofolliculoma. Only 2 cases of NLS
withFSCH havebeen previously reported. Ourcasesrepresent examples ofavery rare hamartomatouscutaneous lesioncomposed
of mesenchymal and epithelial components.
1.Introduction
Nevus lipomatosus superﬁcialis (NLS) is an uncommon
cutaneous hamartoma consisting of ﬂesh-colored or yellow-
ish soft nodules or papules with smooth or wrinkled surface,
which are histologically composed of groups of mature fat
cells located among the bundles of dermal collagen. Two
clinical forms are recognized: the classical and the solitary
one. In the ﬁrst, there are multiple papules and nodules
groupedinazonal patternforming aplaqueoracerebriform
m a s s .T h e yp r e s e n ta tb i r t ho ri nt h eﬁ r s tt w od e c a d e so fl i f e
and are usually located on the buttocks,lower back, or upper
thighs. On the contrary, the solitary type can develop in
adultsandshowsawiderdistributionintheskin[1].NLShas
neither a predominant sex incidence nor a familial tendency.
The patients generally carry no other congenital defects.
Usually, the number of adnexal structures is reduced
in NLS as compared to the normal adjacent skin but their
morphology is not altered [1]. However, some cases of NLS
with pilar anomalies have been reported, such as abortive
hair germ-like structures [1], hypertrophic pilosebaceous
units[2],perifollicularﬁbrosis[3],ﬁbrofolliculomas[4],and
folliculosebaceous cystic hamartomas (FSCHs) [5, 6].
We herein describe 2 cases ofNLS with abnormal follicu-
losebaceous structures, a very rare hamartomatous lesion of
the skin with mesenchymal and epithelial components.
2.Case Report
Case 1. A 33-year-old male presented with a 90 × 40mm,
asymptomatic, slowly growing cutaneousplaqueon his right
lumbarregion,which aroseinchildhood. Itwascomposedof
multiple, conﬂuent, skin-colored nodules (Figure 1). Some
ofthemwerecenteredbycomedo-likeplugs.Hehadnoother
skin or internal abnormalities. The clinical diagnosis was
connectivetissue hamartoma with acystic component versus
lymphangioma. An 11 × 7mm skin biopsy was performed.
Histology showed a keratogranulomatous foreign body giant
cell inﬂammatory inﬁltrate within a ﬁbrous dermis. Due
to the lack of a deﬁnitive diagnosis, a partial surgical
resection, consisting of a 55 × 32mm cutaneous fragment
containing several nodules was performed. The cut surface
of the nodules was yellowish white, and there were dilated
follicular structures in some of them. Histologically, the
nodules were composed of ﬁbrous tissue, with irregularly2 Pathology Research International
Figure 1: Case 1. A skin-colored cutaneous plaque composed of
conﬂuent nodules on the right lumbar region.
arranged collagen bundles and sparse elastic ﬁbers, and
clusters of mature fat cells (Figure 2). Most of them also
contained disorganized pilosebaceous units embedded in
a paucicellular ﬁbrous stroma. The follicular structures
showed an infundibular-type keratinization, being occupied
by keratin scales and frequently cystically dilated. They
were located at diﬀerent levels of the dermis and in the
superﬁcial subcutaneous tissue, and some were connected
with the epidermal surface. Numerous mature sebaceous
glands radiated from the follicular structures (Figure 3).
The stroma surrounding the pilosebaceous units contained
scarce ﬁbroblasts, mucin deposits, small blood vessels, and
occasional mature fat cells. Some of the cysts were ruptured,
causing a foreign body inﬂammatory response similar to
that seen in the patient’s previous biopsy. Linear clefts
separated the folliculosebaceous units and their stroma from
thesurroundingdermis(Figure4).Aminorityofthenodules
lacked epithelial structures. The epidermis showed slightly
elongated rete ridges and a band of mucin could be observed
under the epidermis throughout the entire lesion. This case
was diagnosed as a classical NLS with FSCH.
Case 2. A51-year-old male visited ourDermatologyDepart-
ment for a 6mm nodular dermal lesion on his right forearm.
It had been present for several years. The clinical diagnosis
was leiomyoma. The lesion was entirely excised. On cutting,
it was observed that it occupied the whole dermis and
showed a yellowish white color, a bland consistency, and
a poorly demarcated margin. Histologically, it consisted
of numerous, conﬂuent groups of mature fat cells located
among the dermal collagen bundles (Figure 5). Small
perivascular and interstitial deposits of mucin could be
observed throughout the lesion. An abnormal folliculose-
baceous structure was found in the reticular dermis. It was
centered by a dilated lumen, occupied by keratin, sebaceous
material, and some demodex. Mature sebaceous lobules
and small follicles arose from the central cavity (Figure 6).
This pilosebaceous unit opened to the epidermal surface.
Figure 2: Case 1. A nodule formed by clusters of mature fat cells
amongst thick collagen dermal bundles. This nodule lacked an
epithelial component.
The epidermis did not exhibit anomalies. The diagnosis
was solitary NLS with sebaceous trichofolliculoma (TF).
The patient presented with two other cutaneous lesions
of polypoid morphology, which measured 18 and 6mm
and were located on the right buttock and left lower
back, respectively. Both were also surgically resected. The
diagnoses were NLS, solitary type, in the former and skin tag
in the latter.
3.Discussion
We herein report 2 cases of cutaneous hamartoma consisting
of clusters of mature fat cells located among the collagen
bundles of the dermis and disorganized infundibular struc-
tures with numerous radiating well-developed sebaceous
glands. We consider both cases as examples of NLS with a
folliculosebaceous component. A follicular component in an
NLSisaveryunusualevent,which canclinicallybesuggested
by the presence of umbilicated papules in the lesion [4].
Our case 1 resembled a giant FSCH. FSCH is a rare
developmentalcutaneousabnormalityformedbydilatedand
distorted folliculosebaceous units embedded in a stroma
containing spindle and stellate ﬁbroblasts, and variable
amountsofmaturefatcells,bloodvessels,nerves,andmucin.
FSCH typically presents as a solitary small papulonodular
lesion in the central face or scalp of adults [7]. Other
locations and giant forms have occasionally been reported.
Unlikethe classicalform, the giantvariant ofFSCHis usually
located in the genital area or in other extrafacial regions
and can present at birth or during childhood [8–10]. Some
nodules of our case 1 lacked epithelial structures and were
entirely composed of clusters of mature fat cells located
amongst irregularly arranged bundles of dermal collagen,
corresponding to the morphology of an NLS. Due to thePathology Research International 3
Figure 3: Case1.Two follicularstructures with numerous radiating
maturesebaceous glands.Oneofthefolliclesisdilatedandconnects
with the epidermal surface.
Figure 4: Case 1. A folliculosebaceous unit embedded in a
mucinous stroma with small vessels and scarce mature fat cells.
The lesion is separated from normal dermis by a linear cleft (on the
right).
histology of these nodules, we interpret this lesion as an NLS
with FSCH and not as a giant FSCH.
Our case 2 must be diﬀerentiated from a skin tag
with fat cells and from a sebaceous TF. The presence of a
distorted folliculosebaceous structure allows the diﬀerential
diagnosis with the former. Sebaceous TF is a rare cutaneous
hamartoma that presents as a centrally depressed small
lesion on the nose and, rarely, on other areas of the
head, neck, and genitals. Histologically, it consists of a
cystic central cavity connected to the epidermis and lined
by squamous epithelium with infundibular keratinization.
Sebaceous lobules and hair follicles in various stages of their
growth cycle arise from the wall of the cyst [11]. Some
authors think that sebaceous TF and FSCH are two diﬀerent
names for the same lesion, merely representing a late stage
of TF [12]. Location on the forearm is extremely unusual for
a sebaceous TF, our patient had another solitary NLS with
a typical histology including fat cells in the papillary dermis
[1], and most of the nodule of our case 2 consists of clusters
Figure 5: Case 2. Low magniﬁcation view of the lesion composed
of conﬂuent groups of mature fat cells among the dermal collagen
and a distorted pilosebaceous structure.
Figure 6: Case 2. Numerous sebaceous lobules and a small hair
follicle (on the top) arising from a cystic cavity limited by squamous
epithelium with epidermoid keratinization.
of mature fat cells among the dermal collagen with focal
presence of only one disorganized folliculosebaceous unit.
We consider that these features favor our interpretation of
this lesion as an NLS with sebaceous TF.
Two cases of NLS with FSCH have previously been
published. The ﬁrst one was reported by Brasanac and
Boricic in 2005 and described as a 23cm plaque on the
sacral region of a 47-year-old female that had been present
since birth. This lesion also contained dermoidcysts [5]. The
second case, reported by Kang et al. in 2007, was that of a 36-
year-old male with a 10cm cerebriform mass on the sacral
area of 25 years duration [6].
Since mesenchymal dermal components other than fat
cells, such as collagen bundles, elastic ﬁbers, ﬁbroblasts,
and blood vessels used to be altered in NLS, some authors
c o n s i d e rt h i sl e s i o na sat y p eo fc o n n e c t i v et i s s u en e v u s
[13, 14]. Cases of connective tissue hamartomas with altered
epithelial elements have rarely been reported [15, 16].
Recently,aNLSwitha2p24deletionhasbeenpublished[17].
No other articles addressing cytogenetic aberrations in NLS4 Pathology Research International
can be found in the literature up-to-date. More studies are
needed to reach conclusions about the role of the genetic
abnormalities in the development of NLS and to help clarify
the possible relationship between NLS and connective tissue
nevus.
In conclusion, we here report 2 cases of NLS with dis-
organized folliculosebaceous structures, a very rare hamar-
tomatous cutaneous lesion composed of mesenchymal and
epithelial components.
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